INTRODUCTION
Gorlin-Goltz syndrome (GGS) is an uncommon autosomal dominant inherited disorder with a high level of penetrance and variable expressivity due to a genetic defect or mutation in human homolog of patched (PTCH) gene, which is a tumour suppressor gene responsible for growth, and development of normal tissue is located on long arm of chromosome no 9q 22.1-3-1, but a significant fraction of cases are sporadic with no previous family history (30%) (Ajit Auluck et al., 2006) . This syndrome presents with a variable prevalence of 1 in 57,000 to 1 in 2,56,000 amongst general population. It appears early in life after 5 years of age with equal predilection for either sex. It is characterized by a wide range of developmental abnormalities and a predisposition to neoplasms (Ashutosh Agrawal et al.) . This syndrome has been termed with several names such as, basal cell nevus syndrome, Gorlin Goltz Syndrome (GGS), nevoid basal cell carcinoma syndrome (NBCCS), multiple basal cell carcinoma (BCC) syndrome, multiple basalioma syndrome, jaw cyst basal cell tumor skeletal anomalies syndrome, jaw cyst bifid rib basal cell nevus *Corresponding author: Dr. J. K. Singh Kshatri, Post Graduate Student, Meenakshi Ammal Dental College, India. syndrome, nevoid basalioma, odontogenic keratocysts skeletal anomalies syndrome and fifth phacomatosis (Ana R. Casaroto et al., 2011) .
CASE REPORT
A 11-year-old girl reported to our department with a chief complaint of swelling in the lower right jaw since 15 days. The swelling was slowly progressive in nature not associated with any other symptoms and trauma. Past medical and dental history was non contributory, family history revealed mother had history of swelling in maxilla and undergone surgery at the age of 17. There was no consanguineous marriage between the parents. On extra oral examination, hypertelorism, broad nasal bridge, competant lips were noted giving a coarse facial appearance. (Figure 1 ) Mild facial asymmetry noted due to swelling in the right cheek region. A diffuse swelling from right para symphysis region up to angle of mandible antero posteriorly and from the occlusal plane up to the base of mandible supero inferiorly. The skin over the swelling appeared normal. Intraoral examination revealed mixed dentition , buccal vestibular obliteration from 42 to 46 region is noted. (Figure 2 ) On palpation, swelling was non-tender, soft, fluctuant causing expansion of buccal cortical plate. There was no paresthesia or Article History: lymphadenopathy associated with the swelling. Fine needle aspiration yielded yellow cheesy aspirate (Fig-3) . Based on the history, clinical examination and fine needle aspiration a provisional diagnosis of odontogenic keratocyst (OKC) of right side of mandible was established, considering the differential diagnosis of ameloblastoma, central giant cell granuloma. 
Radiographic investigation
Orthopantamograph (OPG) reveales mixed dentition with a unilocular well defined radiolucency surrounded by thin sclerotic border in the left side of maxilla and right side of mandible. A well defined unilocular radiolucency with scalloped margins in the anterior mandible in relation to distal apical region of 42 to mesial aspect of 46 with displacement of 43 and 44 near inferior border of mandible. And also a well defined unilocular radiolucency in relation to 63 to 26 region with superior displacement of developing tooth bud of 24 (as shown in Fig. 4 ).
Fig. 4. OPG showing discrete well defined, discrete radiolucencies in maxilla and mandible
Axial section of CBCT of mandible reveals a uniformly hypodense lesion measuruing approx 4 x 2.5 cms from 43 to 45 region with discontinuity of margin and expansion of buccal cortical plate (as shown in Fig. 5 ). Coronal section of CBCT of maxilla ( Figure 6 ) revealed hypodense lesion involving the left maxillary sinus measuring approx 3cm x 3cm with a thin sclerotic border and uniformly hypodence internal structure. Skull radiographs radiograph revealed no abnormality.
PA chest revealed characteristic radiographic features and fusion of 2 nd and 3 rd ribs ( Figure 5 ) on the left side. Routine blood investigations were within normal limits. Genetic analysis was not advised, as it was not affordable by patient. Routine hematological evaluations were carried out and the patient was hospitalized. A surgical curette were used with saline irrigation for enucleating the cysts. Curettage was done using a curette and a round bur. The remnants of the cysts were removed using chemical cautery with Carnoy's solution (2.5%) for 3 min without chloroform followed by irrigation with saline. The cysts were enucleated from both the quadrants followed by extraction of 64, 65, 83, 85 and unerupted tooth buds in relation to 24, 25, 44 and 45. The tissues removed were put in separate bottles containing formalin and the corresponding quadrant number was noted. As bone regeneration in children is faster, bone grafts were not used. The enucleated tissues were sent for histopathological evaluation. The histopathological examination of the excised tissue showed a cystic wall lined by parakeratinised stratified squamous epithelium of 4-8 layers with loss of rete ridges. The basal cell layer showed palisaded arrangement with hyperchromatic nuclei and reversal of polarity. Superficial layer of epithelium has surface corrugations features suggestive of OKC. Based on the clinical, radiographic, histopathologic features and family history a final diagnosis Gorlin Goltz Syndrome was established.
DISCUSSION
Several studies have presented OKCs, basal cell naevi and skeletal anomalies as the principal clinical features of Gorlin Goltz Syndrome (GGS) (Lorenzo Lo Muzio). However, according to Manfredi et al., the diagnostic criteria of GGS requires the presence of two major or one major and two minor criteria. Major criteria included the presence of more than two basal cell carcinomas or one under the age of 20 years, histologically-proven OKC of the jaw, cutaneous palmar or plantar pits, and bifid, fused or markedly splayed ribs (Balachander et al., 2016) . Any one of the following features is considered a minor criterion, such as orofacial congenital malformations (cleft lip or palate, frontal bossing or moderate or severe hypertelorism), skeletal and radiological abnormalities (bridging of the sella turcica and vertebral anomalies), ovarian fibroma and medulloblastoma (Maya Ramesh et al., 2015) . The present case report showed a child patient presenting such as multiple OKC in the maxilla and mandible, rib anomalies, ocular hypertelorism which confirmed the diagnosis of nevoid basal cell carcinoma syndrome (NBCCS) or Gorlin-Goltz syndrome (Mubeen Khan et al., 2015) .
OKCs are the hallmark of this rare syndrome. 75% of the affected individuals represent this initial manifestation as in this reported case. OKCs related to this syndrome are often multiple involving both the jaws, frequently recurrent and occurs at an early age, with an aggressive biological behaviour. Despite of their aggressive nature, they often remain asymptomatic 8 . There are however no distinctive radiological feature between isolated keratocysts and those associated with GGS. OKC associated with nevoid basal cell carcinoma syndrome (NBCCS) have occasionally noted to be transformed into ameloblastomas and squamous cell carcinoma (Lo Muzio et al., 1999) . Palmar and/or plantar pits are specific signs of this syndrome and are present in about 50 to 70% of the patients. They appear as multiple punctiform brownish black depression ranging from 2 to 3 mm in diameter and 1 to 3 mm in depth (Chandra Shekar et al.) . They are caused by partial or complete absence of stratum corneum or dense keratin in sharply defined areas. Rib anomalies are found in 49% of patients, where presence of fused/bifid rib is the most characteristic finding. Other anomalies of ribs include splayed/fused ribs, absent/rudimentary ribs and Application of Carnoy's solution into the cyst cavity for 3 min after enucleation results in a lower rate of recurrence (0-2.5%) without any damage to the inferior alveolar nerve. Moreover, the use of Carnoy's solution following cyst enucleation (applied over areas where the cyst was attached to the mucosa) and cryosurgery (because liquid nitrogen devitalizes bone, while leaving the inorganic framework untouched) is advised to destroy epithelial remnants and dental lamina within the osseous margin and thus, prevent recurrences. Cryosurgery using liquid nitrogen is indicated in the large complex mandibular lesions if there is a risk of damage to vital structures with conventional treatment methods (Jawa et al., 2009 ).
Conclusion
It is important to make an early diagnosis of GGS, as the case presents malignant predisposition and hence can be managed appropriately. The occurrence of multiple OKCs may be the first and only manifestation. Multiple OKCs may occur a decade before other symptoms and clinical manifestations of the syndrome. Hence a dentist may be the first person to detect this syndrome. Proper evaluation and characterization of the clinical features are of the utmost importance for the correct diagnosis and treatment of affected patients. In order to be able to establish early diagnosis of GGS, specialists should carry out clinical and imaging examinations in early ages of life. Physicians and dentists must aware of the syndrome well.
